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Epidemiology : 

- Age : 4p-80 years old. 

' - Sex : female : male = 2 : 1 (more sever in blocks) 

- | incidence of HLAB7 & B8 

- • 7 * Clinically 

^ _ PPF : infection, stress, sunburn & drugs e.g. griseofulvin. 

[ 1 '$&£**> r ; "It may start spontaneously" 

] . * * . . 

| J - Exacerbating factors : sunlight. 

\ _ Symptoms : Disfiguring erythematous scaly lesions mostly in 


the face. » 
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-.Signs : 

£ Sites) lesions usually affect the sun exposed areas ,.e. . 

Face (specially the checks & bridge of nose 
{butterfly area) ears & V-shaped area of the chest. 

> Lesions are in the form of well defined erythematous 
C„&)with variable shape & size havmg an 
)\ elevated border. The border o f th e plaque adjacent 
to the skin is some times telangectatic. 

The surface of the plaques is covered with small grayis 

(I 1 (adherent seiks i w hich whenjemoyed, their un der- 
' ‘ ' surface sho w fey plug) This hom yjlugjra^ 

X^pU ^Tdited pi losebaceo^canal (follicular 

follicles beco me dilate d & 
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plugging). A HO -- ~ --^5^ 

UM U prominentgiving what is called( gippling sig fei The 

" r’ center of the lesion is usually_depressed. 

■> The lesions tend to heal with scarring, atrophy & , 

> On the scalp the plaques show more infiltration & more 

scar formation. Plugging & dilatation of the ^ 

follicles are more pronounced. Loss of hair is 
permenant (cicatricial alopecia). 
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Active DLE lesions are bright red, while 
on healing lesions may show pink or 
Cwhitc) (hypomelonaotic) macules & 


Lesions may show 
hyperpigmentation especially in persons 
with brown or black skin. 

5% of cases of DLE change into SLE. C 
Neoplastic' changes e.g. SCC or BCC occur on top of DLE. 
They are often aggressive. 


5t 0 

0 

0 

D 

0 

0 

0 

0 

0 

0 

0 

n 

u 
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V* * ICfT nr^liTprTT'i 



f^oealizedT^LE. Lesions are localizeef a bove the nec kT^ 

2- Generalized (Disseminated) DLE. Lesions are above—& 

below the neck. 

3- Hypertrophic (verrucus DLE) : 

- Non pruritic papulonodular lesions simulating 

hypertrophic LP or keratoacanthom a. 

- Treatment: Intralesionsl steroid. 

4- Lupus profundus (lupus panniculitis): ■&**'*' 


////r/tL 




• Firm S.G plaques or 
nodules with normal 
overlying skin. 

© The nodules .or. plaque 
are bctter Cfeifthaa Seent 


5- LE-liehen planus overlap syndrome. 

h~/ 


-> Healing occur with cup¬ 
shaped depression (depressed 
scar) 
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/. History & clinical examination. 
2 . Histopathology : 

(? Hyperkeratosis with 
follicular plugging, ^ 

CP' Atrophy of st. Malpighii 
C§* Hydropic degeneration ' 

of basal cell layer. W 

. . v -T 



Co r 

Upper d ermal e dema 
V.D of dermal B.V ® 

s a*\Wfik »ou JLub 

P’^nrervi c-. ^) fr\ c-aA-'SW L?_ . 
tfftC • 


1 DD of patchv dermal infiltrate 

CllWi. Jf X11JL11L1 C4.cvy. 

I 1. L£. 

1 2. Polymorphicjight eruption. 

(S* 1 ; i 

• *i 

I 3. Lymphocytoma cutis. 

. • . . . . ; 

5 4. Lymphocytic infiltration of the skin tJessner's ) 

1 5. Lymphocytic lymphoma. 

# . _ . . , *. . 

I Hydropic degeneration of basal cells : 

l.LE. 2.LP. 


3. Dermatomyocitis. 4. Lichen sclerosis et atrophicus 


3. Immunofluorescence (lupus band test),—a Cr^n — 

DIF : granular deposits of IgG at the dermo-epidermal 
junction (In 75% of active lesions) 


4 Other lab examination : 

• t ESR. 

• | leucopenia. 

© +ve ANA in veiy fBU/ patients. — 
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Differential diagnosis . 

o Actinic keratosis, 
o Seborrhic dermatitis, 
o Plaque psoriasis, 
o Polymorphic light eruption."? . 
o Lichen planus. ^ 

o- Lupus vulgaris*— 
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• Treatm ent 

G 3 ~Lo p j dJ T 


, QyiZ/tcJ-- 'pW^T,. 

Qp Avoid sunlight. ^ (grzs/oteJ • 

<50 Topical sunscreen. s.p^ -is 


.c^T^Topical steroid. 


(Wa 0©r'^' v ' 


oi£> 


^o-Tntralesional injection of steroid J fl,cti-vwftAfc7vu>Jl rrr 

j ~ " ——-—-— - 1 '— XVva H^^>rV0 

Systemic treatment: , \ < ^ < L v ^ rL ^_ 



) (JL^Antimalarial: 

J ^ sw^^) e ^ €' • Dose : 200-400mg/day. 

Ophtholmogenic monitoring every 4-6w. c fieWd cktacO) 
■ Systemic steroid for widespread or disfiguring 
lesions (should be limited to .4-6 weeks). 

* Systemic etretinate lmg/kgm BW may be 
. indicated in hyperkeratotic DLE. • '*. 

In case of failure of steroid/antimalarial therapy the following can be 
tried: 

C Clofazamine (lamprene) 100-300mg/d. 

/. Vit. E 600IU/d. 

L Dapsone lOOmg/d (usually for bullous lesions). 

- Thalidomide : highly effective but teratogenic & 
neurotoxic. 
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noval treatment for sever cutaneous IM. 

Course & Prognosis : 

1. 5% of cases may develop systemic I/B» 

2. 50?4 of cases with localized lesions "> complete remission. 

3. 10% of cases with generalized lesions "> complete remission. 

4. SCC & less commonly BCC ~> occur lhe healcd Scar ° f 

DLE. l«iiOw) 

V " ■ ' ' ' ' ' "v" ” ' 

Chilblain LE : 


• Is a chronic unremitting-form of LE with acral distribution 
i.e.: fingertip, rim of ears & heels, especially in women. 

• It is usually preceded by DLE on the face. 

• Pathogenesis : cold injury to the microvasculature. 

• Treatment: 







o Pentoxyphellyn. (t-eJ ttood c*-U 
o The usual LE treatments are ineffective. 


CLC^V<xk*~) 
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fill Subacute Cutaneous LE (SCLE) 

* Kpiilcmiology : 

- Age : Young or middle aged. 

- Sex : female : male = 2 : 1. 

- t Incidence of HLAB8 - DR3. 

* Clinically : 

- Exacerbating factors : Sunlight. 

- Symptoms: 

Sudden onset of disfiguring erythematous eruption 
appearing on the( uppeF trun^)& d orsa of the han ds. 
j +ve constitutional symptoms e.g, malaise ... 

L* Photosensetivity. 

- Signs: ■ : 

■> Sites : Lesions usually affect the back, front of the 
trunk, around the neck, the arms (face is rarely 
affected). 

■> Lesions are in the form of non-scarring psoriasiform 
papulosquamous (in 2/3 of cases) orfannular' 
in 1/3 of cases). 
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■> There is no scar or atrophy. —^VocA^ 

^ Diffuse non scarring alopecia can be found. - [ 
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Diagnosis : 

-> History & ciinical examinations. 

Histopathology : 

As DLE + more epidermal atrophy & less 
hyperkeratosis + prominent -dermal edema & 
hydropic degeneration of basal cell layer. 

i ef , 

-i' Epid. Atrophy ^ 

fv: Hydropic deg. of basal cell layer 

‘Upper dermal edema 


aM,' — 
i, aNA 


N.B.: 


^ Immunofluorescence : Expas. Vicmd -bLS.-L>— 

DIF : +ve in 40% of cases. 

Serological findings: 

4 ^-^Low titers of ANA (homogenous pattern) .(£^44. 

^ High levels of cjrculat ing-imm une complexes. T<=\ 

. . • ....... . 

^ AntibodiesQ q_ RO/SS-A ant igen are present in 

/y*\*A nAX<Mw\s$o 

more than 60% & LA/SS-B much less 

* . . 

commonly. ( c^ioj> l ttS'mj 


The extensive involvement is more seen in patient with 
chronic DLE. 


Treatment : 

1. Avoid exposure to heat & sun. 

2. Avoid certain drugs e.g. Grisofulvin. 

3. Topical corticosteroid. 
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Systemic therapy (the main-line of treatment) 

,.a. Hydroxychloroquine 400mg/d for 4-8weeks. 
b. If the above faild retnoids (acitretin) may be tried. 


•Tc 






^c. r Thalidomide (200-300mg/d) : very effective for skin 
^lesions (but not for systemic involvement, 
d. Dapsone & cyclosporm have been tried with varing 

results. 

Prognosis & Course : 

Very good, the skin lesions can completely disappear. 

[Ill] Systemic LE 


l 


0 
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It is a serious multisystem disease involves the connective 
tissue & blood vessels. 

* Epidemiology : 

Age: 30y in female and around 40y in male. 

Sex: female : male — I (more sever in black). 

* * 

Family history +ve in 5% of cases. 

* Etiology : 

4 Genetic : more in pt with HLAB8.& DR3. - ' ... 

Heredity * 

Drugs: ! 

Flare up can be induced by contraceptive pills I 

& hormone replacement therapy. * 

*=> Hydralazine, anticonvulsants &, methyidopa. j 

Viral agent. I 

Immunologic abnormalities : (there is loss of self tolerance) | 

«=> B cell activation result in -> hyper- | 

gamaglobulinaemia. f 

... • • • I 













_> ^ s'eXj U. _ % d CoM. o ^ -- * A 

iw>vv\v*v^\^> oJ 

41 c$ Development of immune complexes from thc_ 
circulation leads to deposition of complexes 
in the tissue. Causing -> vasculitis in different 
organs c.g. glomerulonephritis. 

*• Clinically : 

SLE is very variable.in its manifestation. 

Mild cases may present only with arthralgia while sever 
cases man present with multisy stem involvement. 

The duration of lesions is weeks (acute) or months. 

(^$The American Rheumatism Association Criteria for diagnosis of 

•SLE 
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'O 


(4) DLE lesion 



(11) Immunological abnormalities e.g. 
+ve LE cell. 

(12) +ve antinuclear antibodies. 


^k-or-f cod tuwl 

SCux^> 


^ (1) Neurologial disorder 

e.g. psychosis 

(2) Photosensetivity. 

(3) Malar rash. 

(f tforal ulce rs^) 

-s. (6) Arthritis. 

(7) Pericarditis 

(8) Pleuritis 

(9) Renal disorders 

(10) Hacmatological 
disorder e.g. 

Haemolytic anemia, 
leukemia & >■ 

thrombocytopenia. 

-A’scoid nets Vo f 

— tafMS kcMr | 

—^ cc WxaX -ery irkema. \ 

- I iVacL redbud cor if | 

- -C- r y {djLiMO, /VoodooUtv^ | 


The presence of 4 or more of these criteria -> diagnostic. 
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Cutaneous manifestations of SLR Mve in 75% of cases) 

J® ^RfiSific lesions (diagnostic) : 


(1) Malar rash heal 
without scar 

• cirv W\cAc»/r p C_£J 

• \pJio\ ca! p iAcJ 



(3) Bul lus lesions *?tluc to 

separation at DEJ (may 

be due to antibodies to 

type ( vn^ antigen) best 

treated by dapsone C. 1Y\C_(^) 
cWaJ. — » a.«, 'TB.p^G Q»ft 
l\|p_*cxS 

(S> —» bwXWs Ot-xsAaJ le.^»W ' - 

t><a.ScAi QlU c-tainrYvvC ^ r. __ 

Qii <Av'&.*rfc v )-,C. e/viA/pOivv cuS 

(II) Non specific lesions : 


(2) Pliotofscnsctivily : 
dermatitis in 

exposed areas. 


uivAft- *=.pveAci e^>j4Aa<nck_ 

wx ^ovdcSe^- 
\\ ci/r rv\ 

\y>x4*~ V\£x.*t.q/ 


(1) Alopecia: (40-60%) 

Frontal with short 
broken off hair (lupus 
hair). 

Or diffuse non scarring. 



(2) MM lesions erosion & 
ulcers conjunctivwitis & 
gingivitis. 



0 

(3) Vascular lesions periungual 

“(55 

telangiectases, raynaud’s 
phenomenon, 
livid oreUcu laris, pqlmar 

-— 


Discoid rash 


(4) Pigmentary changes 


4' 

(5) Urticaria 

(6) Calcinosis cutis 


4 


























-•* c=z) cj c=) c=3 cn c=» crrj 


r — , ■—i cm r.m <=j cm ra 


I O CL3 e=» CJTTJ cm < 


Systemic manifistations of SLE : 




(9) Lung affcctiou : 

• Pleuritis. 

• Pleural effusion. 

• Parynchymal lung 
disease/ 


(8) Myopathy 


(3) Eyes: 

* Retinal vasculitis. 




Lid edema 





(6) GIT affection 

• Nausea vomiting & 
diarrhea. 

• Oesophegeal 
dysmatility. 

• Ulcerative colitis. 


(5) Cardiac affection 

• Pericarditis & 

pericardial effusion 

• Myocarditis. 

• Endocarditis. 


v*t/ eve r • 90% of cases. 

(2) CNS manifestations : 

• Depression. 

• Epilepsy. 

• Vasculaitis of CNS 

^ hemiplegia, 

convulsions & 

migrane... 

(4) Arthralgia : 90% 

• Symptoms similar 
to rharthritis. 

• Small joints 

co mm o n ly^affect cd. 

• Deformities 
uncommonly 

’affected. 

• Deformities 


Renal affection 

• Clinical involvement occur in 40% of cases. 

• Lupus nephritis is veiy important in assessing the prognosis. 

• Focal or diffuse glomerulonephritis chronic renal 

insufficiency renal failure. 

• The course is inconstant & albuminuria may persist for years 
without marked deterioration in renal function. 

Associations : 

• Rh arthritis, Hashimoto's thyroiditis, sjogren's syndrome & 
Dermatomyositis. 
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Urttfi-intluccd lunus syndrome : ( i jS) ' 

• Hydralazine —Isoniazid—D-pencillamine y "t® 

(oao cuia'YiLOta. ooictwfeAicUlcMS*) 

diagnosis : / \ 

1 • History & clinical examination 
2. Ifistopatholopv : 
a. Skin: 


* 


*Fibrinoid cleg, of B.V 
wall -> vasculitis 



PLc-J, I 


* Atrophy of epidermis 
♦Liquefaction 
degeneration of DEJ 
♦Upper derma! edema 

& dermal inflammatory 

(^♦Fibrinoid degeneration of C.T J) infiltrate (lymphocyte) 

--< (000-6 J 

f) b. Other . organs : Widespread vasculitis affecting 
* * capillaries, arterioles & venules^ ^ 

3. Lab. Investigations : . . 

«=> Urine : proteinuria (> 3.5gm/d) cellular cast &RBCs. \ 

<=> Blood : pancytopenia. \ 

^ J5SK: raised. (VJiry , y- 

‘ n, 'C/ At// 




/0&6 

See Scc\ 


*=> Wasserman reaction : +ve £ 

Hypergammaglobulinemia: Rh. factor is +ve in 30- 
50% of patients. 

<=t> Serum complement : levels are reduced during active 
disease. ( <W ^ *MCu£Hi ) 



4 c/JHi 

r<> LE cell (specific, but not very sensitive, not widely 

✓I 

j f used) LE cell is a neutrophil which has ingested. 

-Mx 4 tfJfs 


omkjd Utro i 
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1 U-J C.Z3 crj cm p O (ZJZ1 O era o c=j ctj c=> cd c=j a=% up crr» c=> czp crca c=j c=r» *=□ c=ri c* 

basophjlic homogenous nuclear material from another" 
leucocyte in the presence of LE factor. 

Direct IF test (lupus barid test ).. X 

o Detection of IgG & complement at DEJ 
(in sublamina densa). 

o It is used to differentiate between DLE & 
SLE. 

o It has a prognostic value. 



The test depends on detection of IgG & C in 3 areas : 
1. Sun exposed diseased area. " . 


2. Sun exposed uninvolved area. 

3. Sun protected uninvolved area. 

DLE 

(1) Sun exposed involved +ve 90% cases 
area. 


(2) Sun exposed 
■' uninvolved area. 


(3) Sun protected 
uninvolved area 


-ve 


-ve 


. SLE 

+ve in 90% of cases 

+ve in 78% of cases 

+ve in 55% of cases -> 
indicate renal affection 


FANA. 


I 


Indirect If Test (FANA test) : ( klooJ ^ 
o +ve in 80% of cases. 

o Using mouse liver as a substrate, 4 staining patterns can 
be demonstrated, -f ^Cxb'-eM t|oDc[ 4- r -es c£*v6^ 

o Diagnosis & prognosis differ accordingly to the type of 


;[ 


[ 

G 

n- 













^ cr-: c.: 


C ~ ri c —> CZ.-3 C31 1--I 


“ *=“ ^ ^ «=» *» « «=.« » c. 



Serological markers : f A-L cufysuuA-t '.ft? 

* ; A'tt<LcX€/U&. O^Hcl 



1) Anti DNA antibodies : 


>\7 



(p rvtfM^h$ ) ^ NativeI)NA Ab^ double stranded DNA Abs: • -• 

o Highly specific for SLE. 
o Present in 70-75% of pt with active SLE 

i 

associated with nephritis, 
o Measured by RAI, ELISA or IIF. 

• Single stranded DNA Abs : 

( ^Present in 90%^ SLE pt. 

Non specific (+ve in other C.T. diseases & 
occasionally in DLE). 
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^ (I 

i/Zflf ^AntUSm antibody: \ \ 

o Highly specific for SLE, but occur only in 
25% of patients. 

o Associated with high incidence of renal or 
CNS affection. 

• Anti-nRNP (nuclear ribonuclcoprotcin) Abs +ve in 
mixed C.T disease. . .... 

• Anti La (SS-B) :-l-ve in 10% of patients with SLE 
is tong antibodies ^ : 

•+ve in 30% of SLE. 

• +ve in 90% of patients with drug induced SLE e.g 

hydrolazine or isoniazide. ^ 

• C.P rare cutaneous & renal manifestation. Q 

• Serologically : anti DNA abs are absent. 0 

N.B . : D. penicillamine - induced SLE differ in : q 

’ ~ n 

1. Frequent cutaneous & renal manifestations. 

2 . +ve anti nDNA abs. D 

pf] Antiev tnplasmic Antibodies: 0 

• Small cytoplasmic ribonuclear protein (SC RnP) = q 

0 

Ro - , • Qs 

. Anti Ro abs is +ve in 25% of SLE pfs ( T 0 


i ii.i 


Anti Ro abs is also +ve in 


if—^ 
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i t ?^/ i 

o Subacute cutaneous LE , Neonatal LE, (^(0 

/ fir/AjtM -ZsJ^C>l? i 

C2 deficiency LE, sjogren's syndrome, j 

late onset LE & ANA —ve SLE 1 


/=> Other investigation : 

Brain CT or MRI 

Treatment of SLE : 

1. General measures : Rest & avoid sun exposure. 

2. NSAI. . 1 

t 3. Prednisone 60mg/d in the following cases 6° 


1 

1 


§ 

§~ 

§ 

£ 

£ 


i 

% 


a. CNS involvement 

b. Renal involvement. 

c. Severly ill patients. 

d. Heomolytic crisis. ^ 

4. Immunosuppressive drugs (Azothroprine or cycl opho sphamide). 

5. Antimalarial (chloroquine sulphate). 

6. Lupus nephritis: 

a. Higher doses of steroid 4- cyclophosphamide. 

» • 

b. Renal dialysis. 

7. Raynoud's phenomenon : 2 s djr 1(s 

a. Vasodilators. 

b. Avoid smoking & cold. 

8. Plasmopheresis. 



0 

0 

D 
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SLte with Pregnancy 

1. Deterioration of renal function occur in 10% of patients, j 

2. Increase risk of premature delivery & perinatal motality. 

3. Risk is higher in female patients with +ve anti Ro abs or lupus 

anticoagulant abs. J i 

> Contracmion : ^ ^ ’**'•“* * ^ "" *' 

o Avoid contraceptive pills (aggreivate the disease). 

• ■ «• /■ 

o IUD : high risk of hge & infection. 

6 Barrier methods one safest for patients. 

>. Treatment : 

o Systemic steroid. 

o Asprin in low doses e.g. history of thrombosis, 
o Closer fetal flow up. 

Neonatal LE 4 sc ^ 

Female) infants of mother who have or will develop C.T 
disease. —* ^ ^ ^>2 / ^^3 ^ rTv ^ r ' etr 

The-infant develop : - 

o Subacute CLE - like lesions (A nnular polycyclic scaly ) 
erythematous lesions?) mainly on the head & neck. It 


develop within the first few weeks of life & improve 
1 spontinously in 4-6 months, healing with no scarring. 

**’*' Photosensetivity can be prominent. 


$ Q transient thrombocytopenia & low grade hepatitis. 

.1 - --- 


jj 

Si 

3 

a 

i 
i 





in infant & the mother 




I f—i t-> CZD CUD CD C-l <-1 cm C=D CD d 


-18- 























•—i cno tLZi c=> 


i i —i t —i i —i a'a ; c3 cio co co co co co era cO 


1 

EJ 


0 

P” 

b 


Ln 


iO 


a c=) o a C3 rq (^u cu afc) c=j a c=d a a ocua 

"i 


»jU* 


A 


(**•* ■ / * 





Late onset 

. In the elderly (>50 years) characterized by: 

rciferce of neurological & pul. Manifestations. 

O Phtotscn setivity ; . S'j,• ; VI- 
^o^+ve Anti -Ro-abs 
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arterial occlusions 
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"" ,in m8rker *« *• detection of ci rcu IaiiPg 

anybodies directed agtunsL^te,^ (AntiphOspholipid 
antibodies). cf c/* 

• Antipho8pholipid__anti bodies present , m the form’ of Jopus. 
iijdicoagulantor^ mticatjiolipinantibodIes>\ ^ 

• Antiphospholipid antibodies have been detected by ELISA in 20- 

5 0/o of cases of SLE & othei^ t^Tdiseases~ Behcet -syn drome^-^^ 

lympho ma, $ & AIDS^ y ^ 

, » 

• Clinically : 

6 Venous occlusion DVT or axillary vein thrombosis, 
o Arterial occlusion -> brain ischaemia or transient 
ischemic attacks. 

o Repeated spontaneous abortions. . . 

o Other features of the syndrome e.g. livido reticularis. 

. * 

Acrocyanosis j Leg ulcers & thrombocytopenia. 


/\CvTrCy& M > x * 




pvV 


VettuMrn 



frtnx o 


o/^r~ 


(Y\ C< rvt C 

p eeJ-'tyifc 't _» CXfvU VV^jcJ-e^rv'cJ- . 


•^ArA,') 


• Treatment: 

o Systemic steroid : dO^Orng precEisone + Ov- o*.^ cUse.se) 
o Asprin 75mg/d. Usually result in successful pregnancy. 

N.B. : All women with SLE & repeated abortion should 
be screened for the lupus anticoagulant. 
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Dermatomvositis (DM) 

ls a systemic autoimmune, inflammatory C.T disease 
a I fee ting both the skin and muscles. 

* Epide miology ; 

" ^89 : T.40y juvenile form of DM occur before the age of 10 years 

- Sex : female : male = 2:1 

* Classi fication ; 

- Polymyositis (PM) - Dermatomyositis (DM) 

-PM or DM - Childhood DM. 

'^'Etiology: 

- Unknown. 

-flnfjiialignancy^g breast cancer, bronchogenic carcinoma.. 

•• • * 1 > ' ’ . . 

- Autoimmune : several myositis-associated antibodies have 

\(yd£ r y . Anti - Jo-1 abs : mostly seen in PM 


V 


■r ' . y 


. Anti 


. Anti 

* Clinically : 


- Mi-2 abs : in 20% of pf s with DM. 

— Ku abs : marker for sclerodermatomyositis. 


>v 




ff(I) Cutaneous features : axe. a J . 41&-* ^ 

yPPeriorbital heliotrop^ violaceous erythema usually associated 


with some degree qfedema of eye lids." 

2rGottron’s papuleT^ 

{A ' 1 -——-— 

£j Fl at top ped, vio laceo us papules over the dorsal surface 

of interphalangeal joints of the hands. 


Gottron’s sign: 



(^Violaceous 

hands. 



the dorsal aspect of 
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• • C^.,1^ . fsQyp ,; . .f] 

/I * jj 

•ungual erythema & telangiectasia + ragged cuticle.C.Som\W 's»\<y^ q 

(V>, * WiH. ^ peo P-A. 1) 

5 P °ir^ ? u . • ° 

, Q1 ^° d f rma - ^ ^ 3 ^ VKcS(tlVft • J 

^ LG ^ <ir *y*-c.fa4i*.$ki s Vouer , ^-^AvvJouJ- ^ Q 

tTUcLw' c^v\_: ■^-a-XcLa/- (cwm, tac^/c. 

0 


6. Calcinosis cutis J uj> 

Calcification in S.C tissues^-* »o .•'^e^v/e^b. om 

7. Photosensetivity, Urticaria, hyperpigmentation in later stage 

& erythema multiform like lesions,ao/uW IciUjoSls 



(II) Skeletal muscle affection 



Pi 



r 





. palpation. 


• Progressive symmetric weakness & later atrophy of the 
^proximal muscles of the extremities 4 difficulty in rising from 
sitting without using arms. 

Muscle atrophy & muscle tenderness may be evident on 


0 


0 

0 

0 

.0 

0 

0 

0 

0 

0 

0 

0 

.0 

0 

0 

0 


■^j.) r' • Dysphagia is seen in 50% of patients due to esophageal muscle 
y 60- involvement. (■e^0f^e)j ($■ ^ <> 4 

• Involvement of the diaphragm may induce res piratoryfa ilure.^ 





- TYJjQ C'£-~S - 

^CpK $ Cr&t"^ fhtfbfa-'rvJC • 

^Gt/yysC* 

z2s - GvfJtat. a^cii\n —»(JaIaO—> pv^novtii S13n 

{III) Systemic manifestation : Rare in contrast to S EE 

£LR: 

o Pregnancy exacerbates DM in 50% of cases with 


increased incidence of fetal loss. DM can start in 

0-0 —> P'^VXL-VV^ 'WvJL- Vv=» ^ 

Xc> $£t~XUr) 


pregnancy. 
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ildhood DM, characterized by : 

Malignancy is rare. 

Much more sever than in adult. 

Calcification occurs more frequent-v-osmew 
Child recovers without any residual disability. 



c 


Recurrences are rare. 


n . « t_ov^> ^rcds_ 

diagnosis : 

1- History and clinical examinations. 
2. Laboratory investigations: 


0-0 , 


( a. Creatine kinase : Elevated in acute active phase. 

b. ESR : Elevated 

c. Urine : Elevated urine erea tin ki nase. 

d. Electromyography: Abnormal. 

e. Muscle biopsy : Mus cle a trophy a fi bro sis. 

f. +ve anti-Jo-1 antibody. 


-CTcL • 


N 
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(III) Histopatkology : l£ 
Skin: 


0 . 
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Fibrinoid deposites in upper 
dermis, and around upper 
dermal B.V. 

Muscle : 

Muscle necrosis 


4/ 

Km 


Falttcning of epidermis 

Hydropic degeneration of 
basal cell layer 

Upper dermal edema 

Scattered inf. infiltrate 
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i merit : 

I • Complete rest. 

— Prednisone 0.5-1 mg/kgm BW/d increased to l.5mg/kg. 
d. Azathioprine, cyclophosphamide or cyclosporine, 
d. Methotrexate. 

itimajg ria \^\cL0dM^ ^ % 

6. Iiigh-dose of IV immunoglobulin bolus therapy/monthly. 

• * . . * * 4 '•/ f 

7. Topical steroid & sunscreen (for photosensiti vity). 


Malignancy should be excluded. 
£l)d-e£ ( f i \y*jl troll r*\ ) 


■ ; c|;tvU; ^' SJOGREN'S Syndrome 




|Ca fl 
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) Clud o\Mrfka^_ cU t £*< < 3 e ' 

This syndrome comprises the triad of: 

1. Dryness & atrophy of the conjunctiva and cornea. 

2. Dry mouth. 

3. Rheumatoid arthritis. 






Ca-vIc*. c 

, cl CffJf't <J l/Ci yCoJbJ-isy 

> fOu/pu^O~~ 


Associated systemic features : 

C -*. Arthralgia. 

=> Dysphagia. 

- Raynud’s phenomenon 
- Renal affection. 

Treatment: Artificial tears + saliva replacement solutions.^ 3 ^ Jv „ 

* IK artjor 

l~.cJo - - , (&dU +(AtL. exrtti $o G/I'd La. 

l^lp _ » Oerise emunJ 3u(b uJy y[ fK( / 

ipcyC 1 

\ ^3'L-— ClUjr' ' 
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Scleroderma 


^ is a multisystem disease of unknown cause, li may be 
localized to (lie skin (morphea) or involve the skin and internal 
organs. 


Scleroderma 


Localized (morphea) 

Limited cutaneous Diffuse cutaneous 

systemic sclerosis systemic sclerosis 

Limited CSS ' Diffuse CSS-~ 

• Onset Gradual Abrupt 

• Skin sclerosis Face, forearm & • Hands and Trunk 

hands. 


Systemic sclerosis-} 
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Raynoud's 

Long history 

phenomenon 

Systemic, 

Late onset of pul. 

affection 

Hypertension 

Nail fold 

Dilatation 

capillary 

■ • • 

Auto antibody 

+ve 

Prognosis 

anticentromer 

AB 

Good 


Within one year of 
onset of skin changes 
Early onset of lungs 
heart stomach & renal 
diseases 
Dilatation & 
destruction 
+ve SCL 70 AB 
-ve anticentromere AB 

Poor 
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.Localized Scleroderma (Morphea) 


-Dcfinilirni • 


T . • • 

,s a localized cutaneous sclerosis characterized by early 
loiaccous, iater ivory-white plaques, which may be solitary, linear, 
generalized & rarely accompaind by atrophy of underlying 


structures. ^ 

* ri • » r>Ar>s<>noj 

Epide miolopry . 

Female : Male = 3 : 1 
Age : 20 — 40 years. 


(Uj Lpi iujjm & 

' f\ Vv vA*j>\ ^ t>vC 





* Etiology : 

Unknown, it may be caused by Borrelia burgdorferi infection. 

* Clinical varieties : cvp—co««n>o«\ cxnv^i^ 

1) Plaque (circumscribed) morphea: \v\ aJvJt 

- Site : Trunk, Limbs,.face & genetalia. 

- C.P : Single or multiple plaques, indurated in consistency. 

Ivory white in color with violecious lilac border. 

- V\£ca 1 e W*b\dn>u>JL P >^Yv%e.K\ 

2) Pansclerotic morphea (morphea profunda) : 


- iSite : there is involvement of dermis 
fat, muscle and bone pansclerotic morphea 
is usually generalized occurring on the trunk 
extremities, face and i scalp with sparing of 
finger tip and toes. 

3) Segmental morphea : ( UlP d. \ 

- Site: Face. 

- Hemiatrophy on one side of the face. 







S' 


- U_. cya «=> «= c =3 t=a c=» cr. fc=> cyb e=j c=» c=> c=a c =3 c= c=j c; 

4 ) (nutate, morphea : 

- Site : Trunk. 

C l> * : SmaI1 whitish atrophic macules resembles lichen 
sclciosis et atrophicus but doesn’t show hyperkeratosis 
or follicular bluggings. 

5) Generalized morphea : 

- It occurs initially on the trunk. Extensive involvement -> 

res^icted fespiratioft. 

There is no systemic involvement. u 

r>J- Bullus lesions may be seen [\ \-lM 0*4 ic ^ ra ^ 

' CO u>P de 


6) Linear morphea : (— -*7 p 

- Sites I VX'CeA. (’jo^c'cnvo*'' p'vesevx-^d’fcs'- 

* It usually occur on extremities -> contracture of joints. 
. * Face : En coup de sabre : Linear depressed groove on 

the frontoparietal region, scalp involvement -> 
alopecia. 

* Nail dystrophy may occur. 

Qis d C&y*\pmerJ~- ov/eActp ^nd^oie. 

pd-TO sdsfLu 

Diagnosis : 

1. Histoiy & examination^ 

2. Histopathology: 
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(1) Edema 
swelling degeneration 
of collagen fibrils 

* V ^, v kfc“ 

-La^e or-^ a *j_ ^ 

^e>olj fiu^J 

'-+I mcJc i-t^JoeCcdAsL ^ Sc fid , '• 
oiU s 
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&d> S> 
a> o @> f[ 
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2. Slight inflammatory 
infiltrate: 

T Perivascular or 
diffuse. 

-lymphocyte, macrop¬ 
hage or plasma cells. 



Epidermis 
Normal or 

atrophic with loss 
of rctc-ridgcs . 
Dennis : 

1. Initially: 
edematous 
with swelling 
and 

degeneration 
of collagen 
fibrils 


Later 




Lo±l <;dtSL4x'L‘.~ 

Ji aLUiO*!* cL'ic^tx*^- 

• &>H&4en Go^siJ-d. *>Ar / 
jUiXeUsdj 
l^jeJuYVLhd bundU- <? 

„ exJ't^p^C- e&-* r, * ! vc^4n.cJ* 





Treatment : 

1. Intra lesional injection of triamicinolone. 

2. Penicillamine (Antifibrotic agent). 

3 . puva. : 


> Epidermis : Atrophic 

> Dermis: 

• Thickened with few 

fibroplast & dense 
collagen. 

• Inflammatory cells at 
• dermal/subacutes 

junction. . 


r 29 r 



















aa-v 




Systemic Scleroderma (Systemic sclerosis) 
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Scleroderma is a multisystem disorder characterized by 
inflam matory , v ascular and sclerotic changes of the skin and a 
variety of internal organs especially the lungs, hear t and GIT . 

* Etiology : v 

uyl 

- Unknown. 

- Autoimmune. .. 

- Vascular changes. 

* Clinical features : 

[1] Limited cutenous systemic sclerosis 

• It starts with(Raynoud’s ph enomen ony'many years before any 
skin changes. 

• Clinically : 

A. Symptoms (f^Raynaud's phenomenon with digit pain, 
coldness & tingling. 

B. Cutaneous examination : 

1. Hands and Feet: 

(R ■ Early Raynoud's phenomenon with color changes 
e.g. pallor, cyanosis & rabor. , 

* & feet can't be 



£ ■ Non-pitting edema of the 
fully extended. 

Painful ulcerations atfingertips & knuckles may occur 
Cutaneous calcifications of fingers may be seen. 
Perittngua (teiangectas ia?) 
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2. Calcinosis cutis : zs/aryccfaSiti 

Witish papules occurs over bony prominences. It 
may ulcerate and extrude white paste. 

3. Face : 

Early : Periorbital edema. 

Later : edema & fibrosis result in loss of normal 
faciaMines, thining of lips, microstomia, radial 
perioral furrowing & small sharp nose + fascial 
telangiectasia. 
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4. Hyper & hyp opigmentation. 

5. CREST syndrome xonsist of 

■ Calcinosis. 

■ Raynaud's phenomenon. 

■ Esophageal dysmotility. 

■ Sclerodactyly. 

* Telangectasia. 

< ' 

C. Systemic manifestations : 

y • * 

Esophageal symptoms, pulmonary hypertension ... ^ A 

A, ^jLvY^cd c '^>'Cv . ' 

II] Diffuse cutaneous scleroderma (DCSS) : 

CA } Symptoms: 

o Early involvement o^ organs* e.g. GIT anorexia & 
weight loss , lung dry^cough ... 
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Cuta "eom examination : 

Raynaud s phenomenon develop later (after 
° Skin lesions : 

Hand changes start first. sKm become, edemafbus 

There is telangiectasia and abnormal nailfold 
capillaries. 

Diffuse swelling & stiffness of fingers occur. 
Stiffness may involve most of the body in sever 
cases -> later the skin becomes atrophic. 


C. Systemic Manifestation :, 

o Musculoskeletal manifestations: 

■ Pain & stiffness of fingers & knees. 

* Polyarthritis ... 

o Gastrointestinal manifestations: 

■ Esophageal dysmotility, malabsorptition. 
o Respiratory manifestations: 

■ Lung fibrosis, 
o Renal affection, 
o Heart affection, 
o CNS affection, 
o Eye affection. 

N.B . : Sometimes systemic manifestations occur without skin 
involvement (scleroderma sine scleroderma) 




















jjj agnosis : 

History & examination 
Histopathology : 
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Eccrine gland 
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Mild cellular infiltrate around dermal 
B.V, eccrine gland & S.C tissue 


Late 


Thickening/hyalinization of B.V wall 



Narrow lumen 


atrophy of 
sweet glands 


thi.ck hyalinized collagen bundle 
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3. Lab. Findings: 

o In localized CSS (+ve anticentromer e a ntibod y^) 
o In diffuse CSS<{+ ve SCL-70 an tibody^ 
o Rheumatoid factor: +ve in 30% of cases, 
o ESR : may be +ve. 


[Ill] Radiography : 

- Chest x-ray : honey comb lung 

- Barium swallow - for impaired asophageal motility. 
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Pathogenesis ; 



Treatment 
antifibrotic agents 


(1) Vascular Miration 
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( ) Abnormal immunoregulation : 

° ,,Umoral immunity -> | antinuclear AB. 
° Q^H) c ell activity. Ll 2 

(3 disturbed control of collagen metabolism : 

7 ->e _ 
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, 1 b^osis 


fibroblast | synthesis of collagen type I &"TfjF+ 
fibrinoncctin + glycosaminoglycans lower dermal fibrosis 
* fibrosis in internal organs. 

JSJL: 

Role of mast cell in scleroderma : 

^ ^ ^ Mast cell stimulation ^pfotease^ * endothelial damage 



yHistamTne^ f f collagen synthesis 

( \, 

* Role of oxygen free radical in scleroderma : 

(2>n^jS --Oxygen free radical -> fibroblast proliferation 

Lte-ctJ at{j 


Endothelial damage 


Treatment: 



Fibrosis 


fDVaso-active acents 

(2) Immuriomodulators 

; (3) Antifibrotics 

a. Prostacyclin : 

a. Prednisone 5-10 mg/d 

a. D.pencillamins. 

- Vasodilator. 

b. Cyclophosphamide 

b. Colchicine. 

- Inhibit platelet, aggregation 

b. Low M. weight dextran : 

c. Nifedipine: vasodilators. 

d. Captopril: vasodilators 

c. Azathioprine 

c. Isotretinoin 

d. Grisofiilvin 

e. PUVA 
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Pseudoscleroderma 

Many diseases or environmental factors can induce 

sclerodermatous changes e.g.: 

Genetic: a-; 

- Rothmund — Thomson syndrome. - 


Metabolic: 

Amyloidosis. 


Porpheria cutanea tarda. \ C'Zjf 

- Scleroderma. cm 
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- Scleromyxedema. 

?3. Paraneoplastic syndromes : 

- Carcinoid syndrome. 

- Qy. TO, 

k- Graft varsus host disease. ccWwiO 

5. C.T. diseases : 

- SLE. 

- Dermatomyocitis. 

■jy - <?A 

•p Occupational: 

- Silicosis. 

- Vibration syndrome. 


Fn ^inophilic fasciitis jshulm an's svndromeVrz^ j 
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It is an inflammatory disorder characterized by subsequent 
induration of the skin & SC tissues assooiate-d with peripheral 

eosi noptiiliaT ) 




Treatment : 

1. Prednisone 40mg/d. / 

2. Methotrexate. I «c \mMJ& 

3. Cyclosporine A. j 
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